Fisher (1956) described a variant of acute infective polyneuritis (Guillain-Barre syndrome) in which ophthalmoplegia, areflexia and ataxia are the main features without gross trunk or limb weakness. This diagnosis enabled an excellent and encouraging prognosis to be given, even though recovery took some months. Gibberd & Kelly (1964) reported 3 adults with a similar disorder who showed sero-conversion to mumps antigen but, as in most other recorded cases, no hard evidence of viral infection was found in our patient.
There has been considerable discussion (e.g. following Van Allen & MacQueen 1964) as to the site of the lesion causing the ophthalmoplegia in this condition. Some signs favour a central nuclear or supranuclear involvement: preservation of parallelism of the eyes, relative sparing or earlier recovery of either horizontal or vertical conjugate gaze and relative sparing of pupillary reflexes and levator palpebrw superioris muscles. Other features support peripheral nerve involvement: presence of diplopia and ptosis, absence of nystagmus in previous cases, identical involvement of reflex and voluntary movements and signs of peripheral neuropathy in limbs. This boy had features suggesting involvement at both levels: (1) although he presented with ptosis he had relative sparing of levator palpebre superioris muscles and complete sparing of pupillary reflexes, but total loss of external eye movements controlled by the same oculomotor nerve; (2) he had diplopia and strabismus initially but on admission showed a conjugate vertical and horizontal gaze palsy, the vertical component recovering before the horizontal; (3) the nystagmus seen on attempted lateral gaze was limited to the abducting eye and was similar to that seen in an internuclear palsy but could equally have been interpreted as due to weakness. Reflex and voluntary eye movements remained equally affected throughout his recovery. This unusual and frightening condition has an excellent prognosis, all recorded cases having made a complete recovery (two with intervening relapses), and is therefore important in the differential diagnosis of ophthalmoplegia of sudden onset. The mechanisms are ill understood but evidence presented here and elsewhere suggests both a peripheral and central involvement of oculomotor system. At 2 years he had a mild respiratory infection and was found to have gross hepatomegaly with slight splenomegaly; peripheral oedema and ascites developed after an overnight fast. The skin was now normal but the hair ends were still depigmented. There was slight muscular hypotonia and he had only recently learned to walk. He had never had symptomatic hypoglycemia but he chose a relatively high-carbohydrate lowprotein diet. Glycogen storage disease was diagnosed.
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Subsequent progress was uneventful. At 2 years 8 months there was no clinical evidence of kwashiorkor, nor of portal hypertension. The spleen was no longer palpable, but the massive, firm liver caused some mechanical inconvenience. Open liver and muscle biopsy was performed at age 2 years 5 months. Histology (Dr G H Millward-Sadler): liver achitecture distorted by fibrosis, hepatocytes swollen with material which stained positively with PAS (Fig 1) . Muscle histology iormal. Table 2 shows biochemical analysis of leukocytes and liver (Professor B Ryman and Dr E A Burgess): excess glycogen in liver and leukocytes but not in muscle; hepatic glycogen had a normal iodine spectrum; liver phosphorylase activity markedly diminished; debrancher enzyme and glucose-6-phosphatase activities slightly reduced 
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* All values related to wet weight of liver in relation to wet weight of liver, much of which consisted of glycogen and fibrous tissue.
Discussion
We are unaware of a previous report of this unusual presentation of glycogen storage disease; severe symptoms of kwashiorkor would be most unusual after only three weeks of calorie reduction. Presumably the clinical picture was due to the inadvertent acute starvation of a child who had a tendency to hypoproteinemia due both to liver disease and to his selection of a lowprotein, high-carbohydrate diet. The hepatic fibrosis and continued biochemical evidence of liver dysfunction are suggestive of storage of an abnormal form of glycogen; investigations, however, favour a defect in the phosphorylase system, which is usually a relatively benign condition (Howell 1972 , Femandes et al. 1974 . Fatty change occurs in the liver in acute proteincalorie malnutrition and may leave some hepatic fibrosis, but it does not lead to cirrhosis or progressive liver disease (Cook & Hutt 1967) . The histological appearances in the present case were possibly due to the combination of acute malnutrition and hepatic glycogenosis.
